Investigations confirmed the diagnosis of adrenal insufficiency, with a low 9am cortisol level of 164 nmol/l (normal 165-600 nmol/l), raised ACTH levels of 1906 ng/l (normal 10-80 ng/l) and no response to the Synacthen test. Adrenal antibodies were negative. Sural nerve biopsy revealed mixed demyelination and remyelination with axonal degeneration, but no cytoplasmic inclusions. Plasma analysis showed raised levels of VLCFA C26 of 1.55 pg/ml (normal 0.32+0.18) and abnormal C26/C22 ratio of 0.02 (normal 0.013). A CAT scan was performed which showed dilation of the posterior wall of both ventricles with low attenuation of adjacent white matter ( Figure 1) . A nuclear magnetic resonance (NMR) scan confirmed this, 
Investigations confirmed the diagnosis of adrenal insufficiency, with a low 9am cortisol level of 164 nmol/l (normal 165-600 nmol/l), raised ACTH levels of 1906 ng/l (normal 10-80 ng/l) and no response to the Synacthen test. Adrenal antibodies were negative. Sural nerve biopsy revealed mixed demyelination and remyelination with axonal degeneration, but no cytoplasmic inclusions. Plasma analysis showed raised levels of VLCFA C26 of 1.55 pg/ml (normal 0.32+0.18) and abnormal C26/C22 ratio of 0.02 (normal 0.013). A CAT scan was performed which showed dilation of the posterior wall of both ventricles with low attenuation of adjacent white matter ( Figure 1) . A nuclear magnetic resonance (NMR) scan confirmed this, The patient's mother and sister have a spastic paraparesis, normal adrenal function and abnormal fatty acid analysis (Figure 3) . Two of his three nephews (the oldest is aged 11) have abnormal fatty acid plasma levels but are clinically normal apart from thin hair. All are performing well at school. Discussion AMN is an inborn error of VLCFA metabolism (O'Neill et al. 1981 (O'Neill et al. , 1982a . It is probably a distinct variant of adrenoleukodystrophy (ALD) (O'Neill et al. 1981) . In contrast to ALD, a rapidly fatal disease mostly of young boys, AMN presents in older people and is characterized by adrenal insufficiency, hypogonadism, spastic paraparesis and distal polyneuropathy. Both sexes are affected but only men have endocrine disease, as in this family. Inheritance is uncertain (O'Neill et al. 1981) , but autosomal dominance with variable penetrance and X-linked mechanisms has been proposed (O'Neill et al. 1982b progressive dementia. In the past the diagnosis of AMN has been difficult, involving invasive techniques such as adrenal biopsy. The techniques described here, NMR scanning and biochemical analysis for VLCFA, can make the search for an underlying organic basis of a psychotic disorder more efficient and accurate. To date the specific metabolic defect in AMN has not been identified. Accumulation of very long chain fatty acids suggest that there is impaired degeneration of these fatty acids. Measurement of certain very long chain fatty acids (C26) and a ratio of fatty acids (C26-C22) in plasma and skin fibroblast culture can now be used reliably to diagnose this condition (O'Neill et al. 1981 (O'Neill et al. , 1982b . Using this technique in this family, two young asymptomatic boys were identified. Prospective study of these boys and other similarly identified asymptomatic cases might provide information about the natural course of the disorder. It appears that the clinical picture in this disorder is diverse and it may prove to be the case that those having only biochemical abnormalities may remain asymptomatic. Clearly this is of importance, not only from the point of view of genetic counselling but in the future it may enable treatment of individuals before they manifest overt disease.
It has been reported elsewhere (Young et al. 1983 ) that NMR demonstrates significantly more lesions of the white matter of the brain than conventional post-contrast X-ray computed tomography. Focal lesions were seen with CAT scanning; however, only with NMR scanning could loss of grey-white matter in both occipital lobes be demonstrated. NMR scanning has the advantage of avoiding the necessity of using contrast media. This technique is likely to prove of great value in the diagnosis of AMN and other white matter diseases of the nervous system.
